The onset of periorbital xanthogranuloma in adults is rare and may be accompanied by haematological abnormalities and malignancy.
Periorbital xanthogranulomas arising in adults are rare and may be associated with the presence, t' -i~~~~~~~~~~~~.~~~~~~~~~~~~~~~~~~V or subsequent development, of a paraproteinaemia,'-myeloma, 69 or leukaemia.' 6 Local or systemic steroids, chemotherapy, radiotherapy, and plasmapheresis have been used to treat these lesions or any underlying haematological abnormality. The response to different modes of therapy are reported as being somewhat variable.
Intraorbital involvement in adult-onset xanthogranuloma has been reported in only a few cases. In this paper we present three cases of adult-onset xanthogranuloma, each with orbital involvement as shown by computed tomography (CT) (two cases) and at anterior orbitotomy. Two had features of necrobiotic xanthogranuloma.
Case reports and histopathology CASE 
1
A 22-year-old Greek male developed progressive, painless swelling of both upper eyelids. Biopsy showed idiopathic orbital inflammation. There was some subjective improvement with systemic steroid therapy, though this was discontinued because of the onset of grand mal epilepsy. A year earlier he had developed adult-onset asthma, for which he received inhaled salbutamol and weekly injections of Alavac-S (a desensitising vaccine). There was a past history of mild poliomyelitis at the age of 3 and petit mal at 7 years.
On referral to this hospital at the age of 24 the patient had normal vision and ocular motility. Prominent raised yellow plaques, involving the skin and underlying tissues ofboth upper eyelids, were present (Fig 1) were negative, and fasting serum triglycerides and cholesterol were within normal limits. The findings on bone marrow biopsy were normal. At orbital biopsy an abnormal yellow material was present in eyelid skin, subcutaneous tissues, and orbicularis oculi, extending into the orbital fat and connective tissues (Fig 3) . The fascia around the lacrimal glands was affected, but there was no involvement of the gland.
PATHOLOGY
Histological examination of several biopsy specimens revealed extensive infiltration of eyelid dermis and anterior orbital tissues with histiocytes, many of which had voluminous, foamy cytoplasm (Fig 4) . Scattered Touton giant cells were present, especially within the deep tissues, and there was patchy lymphocytic and plasma cell infiltration. The collagenous stroma showed foci of necrosis in the form of hyalinisation, fragmentation, and acellularity. Eosinophils were extremely rare and there were no neutrophils. Immunohistochemical staining reactions disclosed a polyclonal B-cell presence, with both x and k light chains being demonstrable, while occasional IgM-forming cells complemented the predominantly IgG-related plasma cells. the referring hospital the condition was thought to be 'pseudotumour' (idiopathic orbital inflammatory disease), and she was treated with systemic steroids, without improvement. On referral, at age 43, she had yellow plaques extending widely over both upper eyelids. There was bilateral ptosis, greater oli the right, levator palpebrae superioris function was moderate, and changes in skin creases of the upper lid were suggestive of bilateral disinsertion of the levator muscle aponeurosis (Fig 5) .
Orbital biopsy revealed abnormal yellow material in the eyelid skin, in the orbicularis oculi muscles and in the orbital fat and connective tissues (Fig 6) . The results of systemic investigation are not available for review.
Microscopy showed massive infiltration and replacement of orbital fat by histiocytes, with occasional foreign-body and Touton giant cell forms (Fig 7) . Intercellular borders were frequently indistinct and many histiocytes had abundant foamy or vacuolated cytoplasm. There was a patchy lymphocytic infiltration, with occasional germinal centres, but plasma cells 
CASE 3
The right upper lid of a 50-year-old Caucasian male developed a painless and slowly enlarging yellow lesion over a four-year period. This was thought to be a xanthelasma and was partially resected.
When first seen at this hospital at the age of 56 the right eye was displaced downwards by 2 mm, with 4 mm of relative proptosis. Supraduction and abduction of the right globe was slightly restricted. A large yellow plaque extended widely across the right upper lid, associated with poor function of the levator muscle, 7 mm of relative ptosis, and secondary brow elevation on the affected side (Fig 8) . A mass was palpable, and visible through conjunctiva, in the superotemporal quadrant of the orbit. CT scans showed that it extended widely across the roof of the orbit ( Figs 9A, B) . Systemic examination, chest x ray, and serum electrolytes and lipids were all normal. The leucocyte count was IOx 109/1, with a relative lymphocytopenia (1 x 109/1) and eosinophilia (1 -5 xI1091).
At the age of 58, following transconjunctival biopsy, the patient underwent debulking of the lesion. Abnormal yellow tissue extended throughout upper lid skin, orbicularis oculi, and into the orbital fat and perilacrimal fascia.
Eighteen months later there was no progression of the eyelid lesion, but the patient developed extensive abdominal non-Hodgkin's lymphoma. The lymphoma was treated with multiple cycles of systemic cyclophosphamide, vincristine, doxorubicin (Adriamycin), prednisolone, and methotrexate. chemotherapy, there was a resolution of the proptosis and a marked reduction of the xanthogranuloma (Fig 10) . A minor ptosis persisted and levator muscle function remained very poor.
PATHOLOGY
Histology of the excised tissue showed multiple foci of lymphocytic infiltration with occasional germinal centres. Plasma cells, together with considerable numbers of eosinophils, surrounded the centres of lymphoid activity, while the intervening stroma was largely replaced by histiocytes with generally voluminous, foamy cytoplasm (Fig 11) . Touton giant cells were a conspicuous finding and there was moderate stromal necrosis (Fig 12) . 
